The case of a 13-year-old female patient is here described. Frontal and temporal lesions appeared at 4 years of age, followed by smaller malar and chin lesions since age 5. Her mother referred hypochromic maculae on dorsum present from birth. In childhood, she had one episode of seizure associated with fever, with normal EEG. There was no family history of similar skin lesions.
FIGURE 1: Multiple pinkish-brown shiny papules, about 2 mm in diameter in the malar region FIGURE 2: Brownish pre-auricular plaque FIGURE 3: Ash leaf spot patient did not allow a biopsy, so other possible diagnosis such as melanocytic naevi, verrucous naevi and even Shagreen patch with unusual localization should be considered.
DISCUSSION
The Bourneville-Pringle syndrome (Tuberous Sclerosis) is an autosomal dominant neurocutaneous disorder. Two thirds of cases are caused by sporadic mutations; the incidence is 1:6800-10000 people.
1,2 It is characterized by the development of multiple hamartomas in various systems, especially brain, skin, retina, kidney, heart and lung. 1 Two tumor suppressor genes are responsible for the syndrome, TSC1 and TSC2, which encode the hamartin and tuberin proteins. 1,2.3,4 The hamartin/tuberin complex is an important inhibitor of tumor growth; its absence triggers the loss of proliferation and cell migration inhibition. 4 As diagnosis is mainly based on clinical criteria, it may be particularly difficult early in life, since many stigmas become apparent only in late childhood or adulthood.
The consensus of Tuberous Sclerosis Complex defines that the presence of two major criteria or one major and two minor criteria establish the definitive diagnosis of the syndrome. 3 The major features are:
Facial angiofibromas or forehead plaque 
•
Patients also have other manifestations such as dental pits, retinal hamartomas, renal angiomyolipoma, cardiac rhabdomyomas, cerebral hamartomas, epilepsy, and cognitive impairment.
1.2
The diagnosis should be made as early as possible so that the associated complications may be evaluated and treated. ❑
